C
UTIS LAXA (CL) IS A RARE dermatosis resulting in loose, wrinkled, redundant skin secondary to defects in dermal elastic tissue. When involving the face, patients classically have a "bloodhound-like" or "hound dog-like" appearance. Extracutaneous manifestations may also occur, including pulmonary emphysema, diverticulae of the gastrointestinal tract or genitourinary tract, and cardiovascular defects. Cutis laxa may be inherited or acquired with acquired cutis laxa (ACL) having a later onset of disease, and more generalized involvement and is related to various different etiologies including medications, inflammatory diseases, infections, and hematologic disorders. 1 We describe a 48-year-old man who developed ACL and granuloma annulare (GA)-like lesions as a paraneoplastic manifestation of early myeloma years after being treated for a lymph node plasmacytoma.
REPORT OF A CASE
A 48-year-old man was referred for evaluation of "recalcitrant" GA. At the time of referral, we noted a 4-year history of gradually developing loose, wrinkled skin of his face, chest, upper back, lateral hips, buttocks, and proximal upper extremities. There were no preceding cutaneous changes on his face and upper body; however, he developed asymptomatic erythematous plaques with GA-like features on his buttocks and hips. Eight years earlier, a nodal plasmacytoma was surgically excised from his left axilla. He received local radiation therapy at that time and was clinically monitored by an oncologist for the working diagnosis of monoclonal gammopathy of unknown significance (MGUS).
His medical history was otherwise unremarkable, and his medications included oral acitretin, 25 mg/d, and daily oral multivitamins: oral vitamin E, 400 IU; oral vitamin D, 2000 IU; omega-3 fish oil, 2000 mg; and B-complex vitamin supplements. Acitretin was added by the referring dermatologist 1 month prior to his ini-tial presentation to us without improvement of his skin disease. His family history was unremarkable.
Physical examination demonstrated a healthyappearing man who appeared older than his stated age. He had loose, sagging skin on the face and neck along with wrinkled, lax skin on the chest, upper back, proximal upper extremities, and the lateral aspects of his hips ( Figure 1 and Figure 2 ). Granuloma annulare-like erythematous, nonscaly plaques were noted on his lower back, buttocks, and lateral hips in association with increased wrinkling (Figure 3 ).
METHODS
Findings from two 4-mm punch biopsy specimens of the patient's left hip and upper back revealed a normal epidermis and dermoepidermal junction with few lymphocytes and histiocytes around superficial blood vessels and interstitially in the upper dermis. A marked decrease in elastic fibers with elasto- were more suggestive of dermal elastolysis consistent with ACL rather than GA.
Findings from a complete blood cell count, including differential, hepatic function panel, basic metabolic panel, fasting lipid profile, thyroid panel, anti-Ro/SSA antibody, antiLa/SSB antibody, antinuclear antibody, anti-double-stranded DNA antibody, serum ceruloplasmin, serum copper level, serum ␤-2 microglobulin, erythrocyte sedimentation rate, and echocardiogram were negative for disease or were within reference range. Serum levels of IgG, IgA, IgM, albumin, total protein, ␣1-globulin, ␣2-globulin, ␥-globulin, and total globulin were also within reference range on serum protein electrophoresis (SPEP). A bone marrow biopsy was performed, revealing 10% plasma cells. A skeletal survey was also performed, revealing multiple lucent bone lesions, less than 5 mm in size, in the patient's skull along with lytic rib lesions. Biphenotypic IgG-and IgA-multiple myeloma was subsequently diagnosed by the patient's oncologist.
Treatment with oral lenalidomide, 25 mg/d; dexamethasone, 40 mg/wk; oral pamidronate monthly; and aspirin, 81 Abbreviations: CL, cutis laxa; C-VAMP, cyclophosphamide, vincristine, adriamycin, and methylprednisolone; DIF, direct immunofluorescence; EKG, electrocardiogram; FLC, free light chain; IFE, immunofixation electrophoresis; LCV, leukocytoclastic vasculitis; RBC, red blood cell; RR, reference range; SPEP, serum protein electrophoresis; UPEP, urine protein electrophoresis.
(REPRINTED) ARCH DERMATOL/ VOL 147 (NO. 3), MAR 2011 WWW.ARCHDERMATOL.COM 326 mg/d, was initiated. The patient's hematologic markers and skeletal disease remained stable; however, his cutaneous laxity gradually progressed during 5 months on this regimen.
COMMENT
Acquired cutis laxa manifests as localized or generalized laxity and has been associated with inflammatory dermatoses (ie, urticaria, dermatitis herpetiformis, sarcoidosis, amyloidosis, systemic lupus erythematosus, erythema multiform), medication use (ie, penacillamine, penicillin, isoniazid), hypersensitivity reaction to insect bites and related to an underlying hematologic disorder (ie, multiple myeloma, lymphoma, immunoglobulin heavy-chain deposition disease, plasma cell dyscrasia). [1] [2] [3] [4] Acquired cutis laxa has also been reported in patients following cutaneous mastocytosis, Sweet syndrome in pediatric patients (Marshall syndrome), and interstitial granulomatous dermatitis. [5] [6] [7] At least 10 patients have been described in the literature as having ACL associated with multiple myeloma (Table 1) . [8] [9] [10] [11] [12] [13] [14] [15] [16] Our patient's cutaneous laxity distribution is consistent with descriptions of prior cases. In contrast to prior reports, this is the first case, to our knowledge, of ACL due to myeloma associated with the clinical presentation of GAlike plaques. It is also interesting to note that the face and upper body had only isolated skin laxity without preceding plaques. Histologic examination of the erythematous lesions showed marked elastolysis with elastophagocytosis by giant cells and lacked evidence of amyloid deposition. The pattern of elastic fiber destruction with engulfment by phagocytes can be a nonspecific finding but is characteristic of elastolytic giant cell granuloma, which occurs on sun-damaged areas in contrast to our patient. However, a papular variant with 2-to 3-mm skin-colored papules occurring on the chest, neck, back, and shoulders of a 43-year-old woman was recently described in association with a IgG-gammopathy. 17 The patient's cutaneous changes prompted further systemic investigation leading to the diagnosis of early myeloma, which could improve his overall survival. It is theoretically possible that use of immunosuppressive agents may improve his gammopathy and decrease the progression of his cutaneous changes; however, the likelihood is very low given the outcomes of prior reported cases.
The exact pathogenesis of ACL is unclear. In the setting of myeloma, amyloid light chains are produced by plasma cells and are deposited in various organs leading to end-organ failure. Three of the cases [14] [15] [16] reviewed did show evidence of amyloid deposition with reduction and fragmentation of elastic fibers, and the patient described by Dicker et al 16 with localized acrolocalized ACL had so much dermal amyloid deposition that elastic fibers could not be evaluated. In addition to amyloid deposition, immunoglobulin-heavy chain deposition has also been reported with ACL ( Table 2) . 3, 4, 18 Unfortunately, we could not assess immunoglobulin deposition owing to lack of tissue. This hypothesis could be the basis for the cellmediated destruction of elastic fibers in the gammopathyassociated cases of cutis laxa and the case of papular 
